Arthrogryposis multiplex congenita has been linked with malignant hyperthermia. A review of the anaesthetic experience at the Royal Alexandra Hospital for Children over a 32-year period revealed no episode of malignant hyperthermia occurring in patients with arthrogryposis multiplex congenita despite many and varied exposures to known triggering agents.
Arthrogryposis multiplex congenita (literally multiple congenital curved joints) is an uncommon condition characterised by joint fixation and muscle contractures which are present at birth. There are a number of anecdotal reports l -S of malignant hyperthermia occurring in association with this condition and several texts warn of the risk of malignant hyperthermia in arthrogryposis multiplex congenita. 6 ,7 A 2.8 kg infant with arthrogryposis mUltiplex congenita presented for repair of bilateral inguinal herniae and muscle biopsy. He had marked mandibular hypoplasia and we anticipated difficulty with intubation. However, the supposed risk of malignant hyperthermia contraindicated our normal approach to the difficult airway, i.e. a deep inhalational anaesthetic with halothane. The child was eventually intubated with a relaxant, halothane-free technique, but not without great difficulty.
Following this episode we decided to review our experience of the anaesthetic management of children with arthrogryposis multiplex congenita.
METHODS
We reviewed the anaesthetic and postoperative course' of all cases of arthrogryposis multiplex congenita who underwent general anaesthesia at the Royal Alexandra Hospital for Children between the years 1952 and 1984, with particular regard to anaesthetic agents used and intra-operative and early postoperative temperature changes.
RESULTS
Over the 32-year period, 67 patients (36 male) received 398 anaesthetics -an average of 5.9 anaesthetics per patient. The procedures were predominantly orthopaedic (Table 1 ) and the number of operations ranged from 1 to 21 per patient. A variety of anaesthetic agents were used ( Table 2 ) and 51 children were exposed to halothane on at least one occasion (Table 3) . Although the intra-operative and postoperative temperatures were not always recorded, no child suffered any untoward event and all were discharged home well.
Three patients had muscle biopsies performed, two of which showed normal histology and one a predominance of immature foetal fibres.
In three children it was noted that intubation was difficult. One of these had his surgery for cleft palate repair postponed when he was unable to be intubated due to a hypoplastic mandible. The surgery was in fact completed four years later and it was again noted that intubation was difficult.
DISCUSSION
Arthrogryposis mUltiplex congenita is a symptom complex, characterised by fixed flexion deformities, with the distal joints being more affected than the proximal. The pathogenesis of the condition is unclear, and it is likely that this syndrome is a clinical composite of a variety of muscular'o and neuromuscular" abnormalities. This confusion regarding the pathogenesis may have resulted in A conflict arises in the patient with a potentially difficult airway for whom a spontaneously breathing technique with halothane (at least until the airway is secured) would be our choice of anaesthetic technique. A barbiturate/relaxant technique may be used, but may put the patient at considerable risk and indeed at greater risk than from exposure to halothane. A review of the experience at our own hospital shows no evidence of malignant hyperthermia developing in these patients despite extensive and multiple exposures to known triggering agents.
While the possibility of malignant hyperthermia should always be considered in any child with musculoskeletal abnormality, we would suggest that the use of halothane in patients with arthrogryposis multiplex congenita may be justified when the alternative may place the child at greater risk. It remains to be proven that patients with arthrogryposis multiplex congenita are at greater risk of developing malignant hyperthermia than the rest of the community.
